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Unexpected intra‑operative 
bleeding due to Hermansky–
Pudlak Syndrome

Sir,

Hermansky–Pudlak syndrome (HPS), first described 
in 1959 by Hermansky and Pudlak, is an autosomal 
recessive disorder that results in oculocutaneous 
albinism and bleeding problems due to an 
abnormality in platelet aggregation.[1] It affects 1 in 
500,000–1,000,000 worldwide, but in Puerto Ricans, its 
prevalence is significantly higher, that is, 1 in 1800.[2] 
We report an undiagnosed HPS with intra‑operative 
bleeding. Early diagnosis and the subsequent need 
to adopt necessary pre‑cautions before major surgery 
render this syndrome very important for anaesthetists 
because 15% of mortalities are caused by haemorrhagic 
manifestations.[3]

A 35‑year‑old female patient with oculocutaneous 
albinism presented to our clinic with complaints 
of extremely ptotic and hypertrophic breasts. 
The patient was hospitalised for reduction 
mammoplasty. Investigations revealed haemoglobin of 
11.9 g/dL; platelet count of 357 × 103/µL, prothrombin 
time (PT) 13.3 s and partial thromboplastin time (PTT) 
of 30.2 s. Her bleeding and clotting times were 1.5 min 
and 10.5 min, respectively. The patient underwent 
bilateral mammoplasty under general anaesthesia, 
lasting 5.5 h. Owing to intra‑operative bleeding, patient 
received 6 units of packed red blood cells (PRBCs) 
and 2 units of fresh frozen plasma (FFP) during 
surgery. The post‑operative blood parameters were; 
haemoglobin 11.3 g/dL, platelet count, 268 × 103/µL, 
PT 15.3 s and PTT 32.8 s. Due to continued bleeding 
in the post‑operative period, the patient underwent 
a consultation at a haematology clinic and was 
clinically diagnosed with HPS. The patient developed 
hypotension and tachycardia and was administered 
2 units of PRBCs and 2 units of FFP in the next 2 days. 
Bleeding persisted and on post‑operative day 2, the 
patient underwent surgery again to control the bleeding 
under general anaesthesia, with laryngeal mask airway. 
Pre‑operatively, on the advice of the haematologist, 
the patient was administered intravenous infusion of 
vasopressin (0.5 µg/kg). Following surgery, the patient 
recovered without any problems and was discharged 
from the hospital on post‑operative day 6.

In general, HPS patients present to hospital during 
childhood with mild bleeding. Such bleeding usually 
includes mucosal bleeding and bleeding following 
tooth extraction or surgery, as seen in platelet function 
disorders.[4] The history of HPS patients generally 
includes ecchymoses in the body during childhood. 
The absence of childhood ecchymoses in our patient 
led us to miss the diagnosis of HPS. The blood counts, 
PT, PTT, international normalised ratio, and platelet 
count were also normal, but prolonged clotting 
time (10.5 min) was observed. In addition, the presence 
of oculocutaneous albinism suggested the clinical 
diagnosis of HPS. The diagnosis was confirmed by 
the absence of delta granules in platelets under an 
electron microscope.

No definitive treatment except symptomatic relief is 
available for HPS. General recommendations include 
the use of pre‑operative intravenous desmopressin 
and having platelets ‘on standby’ for procedural 
surgeries.[5] Bleeding diathesis can be treated with the 
infusion of desmopressin (0.3–0.5 µg/kg) and platelet 
transfusion during surgery.[6]

In conclusion, HPS should be considered in the 
diagnosis of patients with oculocutaneous albinism; 
even in the absence of bleeding problems (bleeding 
may be mild or missed). If not diagnosed and treated 
early, such cases may present with extremely severe 
bleeding in major surgeries.
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Ultrasound guided Transversus 
Abdominis Plane block through 
surgical wound

Sir,

A 47‑year‑old super obese (body mass index >50 kg/m2) 
male weighing approximately 295 kg, breathless in 
the supine position, presented for laparoscopic sleeve 
resection. As laparoscopic instruments with 
adequate length to reach the abdominal cavity were 
unavailable, he was scheduled for panniculectomy 
with vacuum‑assisted closure (VAC) initially.

Central venous and arterial lines were inserted 
under ultrasonic guidance on the day of surgery , 
but we failed to administer epidural or transversus 
abdominis plane (TAP) block as thickness of adipose 
tissue itself was >15 cm and deeper structures could 
not be visualised. Hence, general anaesthesia was 
administered following awake fibreoptic intubation 
in the lateral position. The abdominal wall was 
lifted up with the help of hooks (run through the 
anterior abdominal wall) hung from a steel frame 
making mechanical ventilation possible in the supine 
position. Through a lower transverse abdominal 
incision 20 kg adipose tissue was excised and VAC 
therapy was initiated. At the end of surgery, patient 
was extubated.

On 3rd day, patient had tachypnoea (respiratory rate 
30/min) oxygen saturation (SpO2) of 90–94% and 
oliguria with elevated serum creatinine. Since he 
was haemodynamically stable, he was posted for 
closure of surgical wound or reapplication of VAC (if 
there was infection) . In the theatre after removing 
surgical dressings, high‑frequency (13–6 MHz) linear 

ultrasound probe was directly placed over the wound 
under aseptic precautions with povidone iodine 
10% solution as an acoustic couplant which also 
reduced chance of infection. 60 ml of 1% lignocaine 
with 1/100,000 adrenaline was injected in the 
plane between the internal oblique and transversus 
abdominis muscles using 23 gauge spinal needle on 
each side keeping the patient on lateral sides [Figure 1]. 
Injections were made at a depth of 4 cm from the 
surface, just anterior to mid‑axillary line. Thickness 
of the tissue probably indicated possible oedema 
secondary to incision and surgical handling . Analgesia 
was adequate, debridement with reapplication of 
VAC was performed. The patient came for repeated 
procedures thrice in 2 weeks and was managed under 
TAP block using the same technique. Placing bilateral 
catheters for subsequent blocks was not considered, as 
catheter through a wound could potentially be a path 
for infections. The patient unfortunately succumbed 
to an acute coronary event 4 weeks after surgery .

Morbid obesity commonly results in derangements 
in most organ systems and is often associated with 
increased mortality and morbidity. Transversus 
abdominis plane block provides reliable analgesia to 
the anterior and lateral abdominal wall and is volume 
dependent. It can be performed blindly or using 
ultrasound. But ultrasound guided block helps in 
better localisation of the planes resulting in improved 
accuracy.[1,2] It is easier to perform TAP block in 
semilateral position in the obese.[3] In super obese 
patients, low‑frequency convex probe is preferable as 
the deeper tissues are visualised better.[4] Since a major 
thickness of the anterior abdominal wall was bypassed 
by placing the ultrasound probe directly over the 
surgical area, the linear probe proved sufficient in our 
case.

Figure 1:  TAP block being given through the surgical  wound
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